Introduction {#sec1_1}
============

Syringoma is a benign adnexal neoplasm of either apocrine or eccrine lineage with predominantly ductal differentiation \[[@B1]\]. Syringomas appear clinically as smooth, firm, skin-coloured/pink papules, commonly occurring in multiplicity. The lesions are usually 1--3 mm in diameter with a symmetrical distribution and are usually asymptomatic. Syringomas appear more commonly in women than men, with an increased incidence in Asian populations, and have been associated with Down syndrome \[[@B2]\]. Syringomas may occur on any site of the body, but lesions favour the periorbital area, particularly the eyelids, and rarely occur on the scalp producing scarring alopecia \[[@B1]\]. We describe the unusual presentation of clinically inapparent syringomas occurring on the scalp of a 56-year-old female with scarring alopecia.

Case Report {#sec1_2}
===========

A 56-year-old female presented with a 6-month history of an insidiously progressive loss of frontal scalp hair. The patient reported some associated mild scalp pruritus. The patient denied any trauma to the hair and had no known medical or surgical history of any kind including thyroid/autoimmune disease. She did not take any regular medications, but did have an allergy to sulphur. She had a family history of alopecia with her mother also suffering hair loss.

On examination, bilateral thinning of the frontoparietal scalp hair was evident (fig. [1](#F1){ref-type="fig"}). This affected the left side more than the right and was associated with decreased visible follicular openings, perifollicular scaling and erythema. There were 2 areas involved -- a 12 × 2.5 cm area of the left parietal scalp and a 4 × 1.5 cm area on the right parietal scalp. The occipital and vertex regions were not involved. No associated nail changes, oral mucosal changes or cutaneous/acral lesions were noted. Systemic examination was otherwise normal. The initial clinical impression was that of lichen planopilaris.

Her subsequent full blood count, thyroid function tests, electrolytes and liver/renal function were all normal. She had an anti-nuclear antibody titre of 160, but otherwise, autoimmune screening was negative. Her urine was negative for infection/casts, and the protein/creatinine ratio was within normal limits.

Two 4-mm punch biopsies of the left anterior scalp revealed a slight reduction of terminal hair with focal perifollicular fibrosis and occasional collections of perivascular lymphocytes. No lichenoid changes were seen. There were large numbers of syringomatous elements in the upper dermis.

Further comparative biopsies were taken 2 months later, from clinically normal scalp and normal hair-bearing skin of the arm, to determine whether the syringomas were the primary cause of alopecia or an incidental finding. Two 4-mm punch biopsies were taken from the scalp vertex. One scalp biopsy showed perifollicular fibrosis and no syringomatous elements, but the second biopsy from normal scalp showed a reduction in terminal hairs with perifollicular fibrosis/inflammation with extension of the lymphocytes into the follicular epithelium in the upper half of the hair follicles. This biopsy again showed no lichenoid reaction within the epidermis but compound and distorted hair follicles were present in the upper parts of the biopsy as well as syringomatous elements (fig. [2](#F2){ref-type="fig"}, fig. [3](#F3){ref-type="fig"}). The biopsy specimen of the left arm showed completely normal skin.

Based on these findings, the cause of the alopecia was deemed to be unlikely secondary to the syringomas, given that the biopsies of the clinically normal scalp showed scarring alopecia. The diagnosis of lichen planopilaris was made, with coincidental syringomas.

She was initially treated with mometasone lotion daily to the scalp with no effect and thus was then treated with multiple intradermal steroid injections to the scalp every 6--8 weeks with minimal improvement. The patient is currently on plaquenil 200 mg daily and has noticed obvious hair regrowth, with only subtle areas of hair loss remaining.

Discussion {#sec1_3}
==========

Syringoma is a benign tumour derived from acrosyringium, the intraepidermal portion of eccrine/apocrine sweat ducts. They are largely asymptomatic tumours and are predominantly of cosmetic significance. Syringomas are typically localized to the eyelids of middle-aged women; however, other sites include the ventral surface of the trunk, forehead, neck, axillae, abdomen and rarely the penis, vulva, buttocks, moustache area and scalp \[[@B1]\]. A classification scheme has been proposed by Friedman and Butler \[[@B2]\] identifying 4 variants of syringoma: a localized form, a form associated with Down syndrome, a familial form and a generalized form (encompassing multiple and eruptive syringomas). Treatment modalities are based on cosmetic concerns including carbon dioxide laser, excision, dermabrasion, electrodessication and curettage \[[@B3]\].

Based on reports in the literature, we identified 11 previous cases of syringoma of the scalp \[[@B4], [@B5], [@B6], [@B7], [@B8], [@B9], [@B10], [@B11], [@B12], [@B13]\]. In 8 of these cases, the scalp syringomas were reported as the cause of the patient\'s associated alopecia (table [1](#T1){ref-type="table"}). Conversely, in the other 3 reports of scalp syringoma, 2 cases were not associated with alopecia at all \[[@B9], [@B13]\], while 1 case was reported as an incidental syringoma in a patient with known androgenic alopecia \[[@B12]\] (table [1](#T1){ref-type="table"}). In our case, the initial clinical impression was that of alopecia associated with lichen planopilaris, and subsequent biopsy then showed the incidental finding of syringoma.

In the past, some authors have suggested that scalp syringoma was associated with scarring alopecia in patients due to a reactive proliferation/fibrosis secondary to syringoma cells causing pressure necrosis of hair follicles and mesenchymal stromal changes unfavorable to hair growth \[[@B7]\]. However, based on previously reported cases, it is clear that scalp syringoma can be a primary cause of alopecia, an incidental finding without alopecia or an incidental finding in patients with another alopecia-causing condition, as in our case with lichen planopilaris. Interestingly, other reports have also suggested some eccrine proliferations causing alopecia with associated syringoma-like histological changes \[[@B14], [@B15]\].

In summary, whilst syringoma of the scalp is rarely reported, it has been described both as an incidental finding and also as a direct cause of alopecia. Interestingly, in our case, syringoma was not clinically apparent until histological examination of the scalp biopsies. Thus, whilst our case demonstrates an incidental scalp syringoma associated with lichen planopilaris, in cases where a cause of alopecia is uncertain, it is important to undertake scalp and other cutaneous biopsies to exclude a neoplastic process and to make a definitive diagnosis -- especially in the absence of another cutaneous disease. Furthermore, a surgical biopsy of the scalp to an adequate depth should be performed in these patients to confirm the presence or absence of neoplasia and to avoid misdiagnosis of the malignant analog, syringomatous carcinoma, which can also be clinically unsuspected.
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###### 

Clinical details of previously reported cases of scalp syringoma

  ------------------------------------- ------------ ----- --------------------------------- --------------------------------------------------------------------------------------------------------------- ---------------------------------------------------------------------------------------------------- --------------------------------------------
  Article                               Age, years   Sex   Location on scalp                 Clinical appearance of scalp                                                                                    Other cutaneous manifestations                                                                       Histological diagnosis
                                                                                                                                                                                                                                                                                                                  
  Noble et al., 1979 \[[@B4]\]          68           M     Scalp vertex                      3 × 1.5 cm area of scarring alopecia with few purpuric spots/crusty lesions                                     Nil                                                                                                  Syringoma
                                                                                                                                                                                                                                                                                                                  
  Shelley and Wood, 1980 \[[@B5]\]      57           F     Diffuse                           Diffuse thinning of hair only with loss of hair follicles                                                       Nil                                                                                                  Syringoma
                                                                                                                                                                                                                                                                                                                  
  Dupre et al., 1981 \[[@B6]\]          47           M     Not reported                      Scarring alopecia with micronodular appearance and scalp erythema                                               Associated generalized eruptive syringomas of eyelids                                                Syringoma
                                                                                                                                                                                                                                                                                                                  
  Neuman and Burnett, 1985 \[[@B7]\]    58           F     Diffuse                           Loss of hair follicles, no scarring or other eruptions                                                          Nil                                                                                                  Syringoma
                                                                                                                                                                                                                                                                                                                  
  Pujol et al., 1986 \[[@B8]\]          46           F     Right temporal-occipital region   1.5-cm area of circumscribed scarring alopecia with micronodular appearance                                     Nil                                                                                                  Syringoma
                                                                                                                                                                                                                                                                                                                  
  Sanchez Yus et al., 1987 \[[@B9]\]    48           M     Right parietal area               0.7 × 0.5 cm brown papule with no associated alopecia                                                           Nil                                                                                                  Seborrhoeic wart with associated syringoma
                                                                                                                                                                                                                                                                                                                  
  Helm et al., 1992 \[[@B10]\]          50           F     Diffuse                           Diffuse alopecia of scalp                                                                                       Nil                                                                                                  Syringoma
                                                                                                                                                                                                                                                                                                                  
  Tsoitis et al., 1992 \[[@B11]\]       71           F     Parietal-occipital region         Scarring alopecia                                                                                               Eyelid papules                                                                                       Syringoma
                                                                                                                                                                                                                                                                                                                  
                                        32           F     Parietal-occipital region         Scarring alopecia                                                                                               Nil                                                                                                  Syringoma
                                                                                                                                                                                                                                                                                                                  
  Kumaran and Kanwar, 2005 \[[@B12]\]   55           M     Not reported                      Numerous discrete 1--2 mm brown papules with diffuse distribution in both bald and hair-bearing scalp regions   Known androgenic alopecia, other papules on forehead and infraorbital region                         Syringoma
                                                                                                                                                                                                                                                                                                                  
  Silva et al., 2009 \[[@B13]\]         26           F     Not reported                      Numerous brown papules with no associated alopecia                                                              Symmetrically distributed papules on eyelids, neck, axillae, trunk, abdomen, upper and lower limbs   Syringoma
  ------------------------------------- ------------ ----- --------------------------------- --------------------------------------------------------------------------------------------------------------- ---------------------------------------------------------------------------------------------------- --------------------------------------------
